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Abstract 


Guillian- Barre syndrome is a rare disorder in which your body immune system attacks your nerves. Guillian- Barre 


syndrome is a demyelinating disease where the myelin sheaths of neurons are damaged. This article includes a case of 


Guillian - Barre syndrome in an 8 years old girl from Dandeli, a Town in the north Karnataka region of India. A detailed 


speech language and hearing profile based on systematic evaluation has been highlighted in the present study. 
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Abbreviations: GBS: Guillian-Barre Syndrome; 
REELS: Receptive Expressive Emergent Language Scale; 
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Distortion Product Oto Acoustic Emission; EPs: Evoked 
Potentials. 


Introduction 


Guillian-Barre syndrome (GBS) is a rare disorder in 
which your body’s immune system attacks your nerves 
.weakness and tingling in your extremities are usually the 
first symptoms [1]. Patients usually presents with rapidly 
evolving ascending weakness, mild sensory loss 
Hyporeflexia or areflexia [2]. Most patients complain of 
paresthesias, numbness, or similar sensory changes. 
Sensory symptoms often precede the weakness [3]. The 
MRI findings include spinal nerve root enhancement with 
gadolinium is a non-specific feature seen in inflammatory 
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conditions and is caused by disruption of the blood nerve 
barrier. Selective anterior nerve root enhancement 
appears to be strongly suggestive of GBS [4]. 


Hearing Impairment is the most frequent sensory 
deficit in human populations, affecting more than 250 
million people in the world. Consequences of hearing 
impairment include inability to interpret speech sounds, 
often producing a reduced ability to communicate [5]. 


Few studies show an association with GBS and 
Sensorineural deafness. A Study showed a connection of 
hearing impairment and GBS. They elicited auditory 
brainstem responses from two individuals with GBS 
where one patient was acutely deaf with total absence of 
BAEP waveforms indicative of acoustic nerve conduction 
block and second patient had bilaterally prolonged wave I 
latencies. These ABR findings suggest that acoustic nerve 
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conduction abnormalities from demyelination may occur 
in GBS [6]. 


Another study showed that Brainstem auditory 
evoked potentials were abnormal in five of six patients 
with Guillain-Barré syndrome. The abnormalities imply 
focal demyelination in the extramedullary portion of the 
auditory nerve [7]. 


Previous studies do not discuss in detail the speech 
language and hearing characteristics of children with GBS 
which has been included in the present study and also 
there are no studies or case reports from India reporting 
Hearing impairment associated with GBS. The present 
study defines the speech, language, communication and 
hearing aspects of GBS in detail which gives insight to the 
communication deficit associated with GBS. 


Case Presentation 


The patient aged 8 years old female, a resident of 
Dandeli, a village in north Karnataka region of India 
approached JSS Institute Of Speech And Hearing, Dharwad 
with the complaint of unclear speech and reduced hearing 
sensitivity. 


Medical History 


The Child was diagnosed as having acute onset motor 
predominant quadreparesis secondary to Guillian-Barre 
syndrome. History of moderate grade fever not associated 
with chills and rigors since 6 months. The child also 
reported pain in lower limbs, acute in onset, progressive 
and intermittent. History of weakness of bilateral upper 
and lower limbs since six months, acute in on set, initially 
started in lower limb and later progressed to upper limbs 
over 4 days. The parents report betterment in the 
condition after treatment. 


Acetyl choline receptor binding antibody serum test 
was conducted to differentially diagnose between 
Myasthenia Gravis and GBS. The results indicated 
negative findings for Myasthenia gravis. Whole spine 
screening and Brain screening tests were conducted and 
there were no significant findings in the above tests. 
Nerve conduction study was conducted to confirm GBS. 
The results showed reduced conduction velocities, 
conduction blocks at non-entrapment sites, temporal 
dispersion and _ prolonged F wave latencies, hence 
confirming the diagnosis of GBS. 
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Speech and Language Evaluation 


Detailed case history included a structured interview 
with the parents, clinical interaction with the patient and 
physical examination. Parents complained of unclear 
speech reduced hearing sensitivity. Parents were first 
cousins indicating second degree consanguinity. Pedigree 
analysis was carried out where it was found to be an 
autosomal recessive disorder (Figure 1). 


Figure 1: Pedigree Chart Showing Consanguinity. 


The child was born after full term of pregnancy. 
Parents reported history of high fever at the age of 8 years 
and the child was admitted to hospital for 10 days. 
Developmental history revealed normal motor and 
Speech and language milestones development [8]. 
Adequate self-help skills and no unusual behaviors were 
observed. Gait disturbances were noticed. 


Language and Communication 


Detailed Speech and Language assessment was carried 
out by administering several standardized tests such as 
REELS (Receptive Expressive Emergent Language Scale) 
and Kannada articulation Test (KAT). Results of REELS 
showed age adequate receptive and expressive language 
skills. KAT results revealed substitution errors and cluster 
reduction was seen. 


Hearing Evaluation 


Pure tone audiometry was done and a sloping type of 
audiogram was obtained (Figure 2). Both Air conduction 
and bone conduction thresholds were affected indicating 
a sensori-neural type of hearing loss. The pure tone 
average obtained was 81.25 dB and 88.75dB for right ear 
and left ear respectively indicating a severe degree of 
hearing loss. 
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Figure 2: Audiogram showing severe sensorineural hearing loss. 
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Speech audiometry was carried out. Poor speech 
identification scores (SIS) were obtained indicating 
difficulty in understanding speech. Auditory brainstem 
response (ABR) was done to confirm the responses in the 
subjective tests. The results showed bilateral absence of V 
peak at 90dBnHL for click stimulus and absence of V peak 
at 80dBnHL for tone burst stimulus indicating hearing 
loss at the level of auditory pathway. 


Tympanometry and Reflexometry were conducted to 
assess the functioning of middle ear. Bilateral ‘A’ type 
tympanogram indicated normal middle ear functioning. 
Absence of iplsilateral and contralateral reflex thresholds 
signify abnormal reflex pathway. Distortion Product Oto 
Acoustic Emission (DPOAE’s) test was done to evaluate 
outer hair cell functioning. Bilateral absence of DPOAE’s 
indicated outer hair cell dysfunction. 


Diagnosis and Treatment 


Based on the history collected from the patient’s 
family, physical examination, findings of other disciplines 
and results of the both objective and subjective tests, she 
was diagnosed as having Speech sound disorder 
secondary to bilateral severe sensori-neural hearing 
impairment. 


Parents were counseled regarding fitting of a high gain 
hearing aid along with continuous speech therapy which 
will help her in her overall communication and 
development. 


Discussion 


Sensorineural Hearing Loss has been reported rarely 
in GBS patients [9-14]. Researchers studied evoked 
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potentials (EPs) in 27 patients with typical acute Guillain- 
Barré syndrome and 3 with Fisher's syndrome. Three of 
21 had BAEP abnormalities: 1 with bilateral I-III], 1 with 
unilateral I-III, and another with unilateral III-V interwave 
latency prolongations [15]. 


Another study showed Left side-dominant bilateral 
hypoacusia with audiogram, and left side-dominant 
bilateral prolongation of I wave latency with auditory 
brainstem response (ABR). The ABR findings indicated 
that the auditory nerve was impaired on the peripheral 
side, which may have been associated with GBS [16]. 


Conclusion 


In conclusion, we have herein highlighted the speech 
and hearing complications in a child with Guillian- Barre’ 
Syndrome. The present study shows absence of ABR 
waves which may suggest a connection between GBS and 
Hearing impairment. Abnormal ABR was_ reported 
previously in GBS patients [7,15]. One of these studies 
mentioned the presence of facial nerve palsy in three of 
five GBS patients with abnormal ABR [7]. Thus, physicians 
should pay more consideration to auditory dysfunction in 
GBS patients with facial nerve palsy and also speech and 
hearing evaluation should be made a mandatory test in 
the test battery of GBS. 


The authors state that they have no Conflict of Interest 
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